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Abstract
Introduction. Congenital diaphragmatic hernia (CDH) with concomitant esophageal atresia (EA) and tracheo-esophageal fistula (TEF) is a very rare condition, with a high mortality rate. Prematurity and congenital heart anomalies additionally increase the mortality rate. This situation is a great challenge for clinicians, requiring multidisciplinary work and adequate treatment strategy. Case report. We presented a premature twin newborn at the gestational age of 33/34 weeks with body mass of 1690 g. The existence of the left CDH was established on prenatal ultrasound exam in the 24 th gestational week, and the diagnosis of EA with TEF was made on admittance in our hospital. Cardiac ultrasound exam revealed total anomalous pulmonary venous connection (TAPVC). The first operation was performed on the day of admittance and consisted of left subcostal laparotomy, diaphragmatic repair, elastic occlusion of the gastroesophageal junction and gastrostomy. The ligation of TEF and esophagoplasty were done 13 days later in the second operation. The lethal outcome during the esophagoplasty was caused by the crisis of pulmonary hypertension and associated congenital heart anomaly (TAPVC). 12 .
The cause of the association of CDH and EA is still unknown. Chromosomal abnormalities have been reported, such as a mosaic duplication on the long arm of the chromosome 10, but the genetic cause has not been identified yet 1, 5 . The reason of the high mortality rate are pulmonary hypertension and lung hypoplasia, caused by diaphragmatic hernia, combined with gastric acid reflux into respiratory tract and gastrointestinal distension in the chest cavity, caused by TEF. Associated cardiac anomalies, such are truncus arteriosus communis (TAC) 6 and TAPVC in our patient, and prematurity further increase the mortality rate. The presence of EA and TEF, causing gastric acid reflux and gastrointestinal distension in the chest cavity, exclude the usually applied initial conservative treatment of CDH, based on the delay of operative treatment until pulmonary hypertension decrease.
CDH with EA/TEF is a great challenge for clinicians, requiring multidisciplinary work and adequate surgical strategy. Through a period of 13 days mechanical ventilation and all other intensive care measures were applied, but pulmonary hypertension crisis were repeated and blood oxygenation rate varied from 32% to 82%. The chest radiography showed the recovery of the left lung.
Meropenem and vankomycin were administered initially, but acinobacter was diagnosed in the tracheal aspirate, so colistimethate sodium was added 13 . Haemocultures were sterile.
Total parenteral nutrition was administered. Nonobstructive TAPVC was confirmed on postoperative control cardiac ultrasound exam. The second operation was undertaken on the 13 th postoperative day. Through the right posterolateral thoracotomy the TEF was approached and the large fistula was ligated and transected. The operation was continued with improved blood oxygenation rate of 80% and the esophagoplasty was started. During this procedure bradicardia, desaturation crisis, arterial hypotension and pulmonary oedema developed and, in spite of all resuscitution measures, led to the lethal outcome.
Discussion
In babies with CDH and EA/TEF the operative strategy is of the greatest importance. Sapin in 1996 reported the first successfully treated infant with CDH and EA/TEF, suggesting the laparotomic repair of CDH and avoiding thoracotomy in the first operation. The ligation of the TEF and esophagoplasty were postponed for the second operation. This attitude was based on the fact that laparotomy is better tolerated than thoracotomy, especially in the presence of pulmonary hypertension and left lung hypoplasia, which are the major problems in newborns with CDH. The disastrous effects of gastric acid reflux into respiratory system through TEF the author precluded by temporary occlusion, i.e.
angulation of distal esophagus, placing a rubber sling around gastroesophageal junction.
The gastrostomy was placed for gastric decompression. The ligation of TEF and esophagoplasty were performed after the baby's recovery, 2 weeks after the first operation 3 Also, the presence of CDH and associated EA/TEF in one of twins is not mentioned in any of the references.
Conclusion
CDH (Bochdalek type) with associated EA and TEF is a very rare condition. Pulmonary hypertension and lung hypoplasia, caused by diaphragmatic hernia, and gastric acid reflux into respiratory tract and gastrointestinal distension in the chest cavity, caused by TEF, lead to very high mortality rate. The treatment of these babies requires multidisciplinary, well coordinated team work of pediatric surgeons, anaesthesiologists, neonatologists and pulmologists. The standard protocol for the management does not exist, but well planned staged operations could improve survival rate.
